Synonym: osteitis deformans
Although generally grouped with metabolic bone disease, Paget's disease of bone is a unifocal or multifocal skeletal disorder, characterized by abnormally rapid turnover and disorqanized structure at the involved sites3, 15.17.21.25.33.34.36.40.41 . Paget's disease occurs predominantly in middle and old age, though it may occur in young adults. It is usually slowly progressive. The most common complaints and complications are bone pain, skeletal deformities, pathological fractures 9 . 14 and neurological problems. An increased cardiac output caused by a shunting of blood may occur, when more than onethird of the skeleton is involved 18 The X-ray appearance is far more striking than the symptomatology, and it is estimated that at least 90% of those affected are asymptomatic 5 . 23
Based on radiological features several stages are distinguishable: an initial lytic phase, followed by a mixed phase and finally an advanced sclerotic, 'cold', 'burnt out' phase 23 Bone scintigraphy provides the most sensitive method for localization of involved sites and has the advantage over radiography that the entire skeleton may be scanned 1 . 11 . Electron and light microscopic studies have revealed cytoplasmic and intranuclear inclusions in osteoclasts, and a slow viral infection has been held responsible28.35.3l Some workers favour the concept that there is a genetic basis for immunoregulatory dysfunction and susceptibility of osteoclasts to viral infection 3l
The radiological and biochemical findings generally indicate the diagnosis, particularly if there is extensive bone involvement. Bone tumours, metastases, severe H PT and fibrous dysplasia occasionally confuse the picture, in which case a bone biopsy is usually taken from an involved site 5 . However it is of interest that 12% of patients with Paget's disease who did not show pelvic involvement on X-ray or bone scan had positive iliac crest biopsies.
The incidence of tumours, benign and malignant. has been estimated as high as 10% in the generalized, severe forms of Paget's disease 16 . If all patients with pagetic bone are included the incidence is lower than 1 %. The vast majority of malignant bone tumours are osteosarcomas, which are found most frequently in the pelvis 12 . 38 In view of the excessive vascularization in pagetic lesions, it is surprising that carcinomatous metastases are not encountered more frequently in such bone. The pathophysiology and treatment of Paget's disease of bone has recently been extensively reviewed by Kanis 1B Paget-like lesions in bone have also been reported in Iymphoproliferative disorders (Fig. 14.24 (Table 14 .1). Nuclear inclusions consistent with viral nucleocapsids were fou nd in 20-40% of the osteoclasts, though not in osteocytes, osteoblasts or cells of the monocyte-macrophage lineage 28 . 3l Pagetic osteoclasts are larger and contain more nuclei and nucleoli than their normal counterparts. I n our biopsy study their number was only slightly increased, but the individual osteoclasts were large, together occu-156 14 pying 2% of the total biopsy volume. Sixty per cent of the osteoclasts were multinucleated (osteoclasts with > 10 nuclei up to as many as 100) with prominent nucleoli (Fig. 14.S1 
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34 Abreviations and units: see Table 3 .1 
